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HYPERNATRAEMIA-HYPODiPSIA SYNDROME AND HYPOPITUITARISM WITH VARIABLE SIADH AND PARTIAL ADH DEFICIENCY. A 7 y e a r o l d g i r l had p i t u i t a r y h y p o t h y r o i d i s m (T4 37 n m o l / l peak TSH response t o T R H t O . l m u l l ) and GH d e f i c i e n c y (Peak GH
response t o i n s u l i n hypoglycaemia. 1.7 m u l l ) .
Serum sodium was p e r s i s t e n t l y e l e v a t e d (155-183 m m o l l l ) .
She showed absence o f t h i r s t . ( f l u i d i n t a k e C 5 0 0 m l l d ) , p r o f u s e n o c t u r n a l s w e a t i n g and p o o r t e m p e r a t u r e c o n t r o l .
CT Scan was normal. Maximum u r i n e c o n c e n t r a t i n g a b i l i t y was 1078 mosm/kg when plasma osmolal i t y was 330 mosm/kg. D u r i n g a h y p o t o n i c s a l i n e i n f u s i o n a f t e r o r a l w a t e r l o a d i n g , plasma o s m o l a l i t y f e l l f r o m 273 t o 258 mosm/kg and f r e e w a t e r c l e a r a n c e i n i t i a l l y i n c r e a s e d f r o m 1.18 m1/103 n l GF t o 5.42 m1/100 ml GF b e f o r e f a l l i n g t o -i . 1 3 m11100 ml 6;.
T h i s i n d i c a t e s t h e development o f SIADH.
D u r i n g a h y p e r t o n i c m a n n i t o l i n f u s i o n plasma o s m o l a l i t y r o s e f r o m 300 t o 307 mosmlkg and f r e e w a t e r r e a b s o r p t i o n remained subnorinal (1.13 m11100 ml GF) b u t i n c r e a s e d t o 3.95 nil1100 ml GF a f t e r DDAVP.
I n c r e a s e d f l u i d i n t a k e o f 2000 ml/m r e s u l t e d i n n o c t u r n a l enuresis. These r e s u l t s i n d i c a t e p r o f o u n d h y p o t h a l a m i c and p i t u i t a r y d y s f u n c t i o n . p a r t i a l ADtl d e f i c i e n c y .
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P J S C U C C~* , S.Toi~ioli*, E . Cactiiiri Department OF Pediatrics, S.Orso1a hospital, University of Bologna, I t a l y W I L M S 1 TUMOUR: AUXOLOGI CAL AND lNDOCRIN0LOGlCAL STUDY I n W i l m ' s tumour, there i s frcqucnt spontaneous dclction of chromosome I1 and i n s u l i n and growth Factor gencs a r e located c l o s e to the dclction a r e a . We studicd growth and g l y c c m i a situation i n 4 2 W i l r n s tumour c a s e s i n complete remlision and o f f thcrapy far at lcast 2 ycars. We a l s o studied adrcnal, thyroid and gonad efficiency, as rcgards adrcnalectomy, and i r r a d i a t~o n ( l o c a l , abdominal and abdom~rlal-tl~oracic). Gr.owth: i n i t i d l height w a s normal; non-irradiated -subjecis' final height resembled chronological, uliile loucr i n irradiated subjects . Differences between standing and s i t t i n g height at tile latesl examination irldicate probable s p i n a l column growth deficiency i n irradiated iubjccts. 64.5% responded normdlly to arginine ( l i k c normals). A male I n f a n t , t l i e f i r s t c h i l d o f a non-consang~iincous p a r e n t s , p r e s e n t e d a t age 4 months w i t h s a l t d e p l e t i o n and d e h y d r a t i o n ( p l a s m a sodium (Na) 114, p o t a s s l u m 5.1 m m o l / l ) .
lie q u i c k l y responded t o I . V . S a l i n e . D u r l r i g hyponatraemia h l s plasma r e n i n a c t i v i t y (7625 ne A l~-l h r -l , NR 472-3130) and plasma a l d o s t e r o n e ( P A l d o ) (3670 p m o l / l NR 100-500) l e v e l s i i e r e a p p r o p r i a t e l y e l e v a t e d and h l s r e n a l Na r e a b s o r p L i o n was n o r m a l ( f r a c t i o n a l t u b u l a r excretion O.2%, N L 1 . 0 % ) . A n o r m a l Ma I n t a k e o f 3 mmol/kg/day l e d t o a f u r t h e r f a l l i n plasma NR (124 i n m o l / l ) , an i n c r e a s e PAldo (1G,700 p m o l / l ) and n C a l l I n u r i n a r y Na e x c e p t i o n .
A s e a r c h f o r t h e s o u r c e o f Na l o s s r e v e a l e d sweat Na i n t h e upper normal r a n g e (53,58 m m o l / l ) , n o r m a l r e c t a l p o t e n t l a 1 difference (60 mV) ~n d i c a t i n g n o r m a l i n L e s t i n a l & Na t r a n s p o r t , On an I n t a k e o f Na 6 mmol/kg/day, n o r m a l plasma Na l e v e l s u e r e m a i n t a i n e d and he L h r l v e d . H i s p a r e n t s ' s a l i v a r y Ma l e v e l s i i e r e L 15 mmol/l.
Ide suggest t h a t s a l t d e p l e t i o n was causetl by s a l i v a r y Na l o s s due t o s e l e c t i v e end-organ i n s e n s i t i v i t y t o circulating a l d o s t c r o n e .
